SUMMARY We determined the respiration rate, respiratory control and ADP/O ratios, with different substrates in mitochondria isolated from seven patients with chronic spinal muscular atrophy and compared them with normal human muscle. In all cases studied, a severe alteration of the respiratory control with variable derangement of oxidative phosphorylation was found. Similar findings have been described in other neuromuscular disorders including the so-called "mitochondrial myopathy". We believe that this disturbance of mitochondrial function is non specific and only the hypermetabolic syndrome of Luft could be considered biochemically as a "mitochondrial myopathy", a disorder selectively involving mitochondria of skeletal muscle.
Skeletal muscle mitochondrial function has been reported in a number of different primary neuromuscular disorders including hypermetabolic syndrome,'' mitochondrial myopathies,48 specific myopathies,9 10 muscular dystrophy," 12 amyotrophic lateral sclerosis (ALS),13 polyneuropathies,'0 14 and the syndrome of chronic progressive external ophthalmoplegia. 15 Our purpose is to report the biochemical studies of isolated muscle mitochondrias in seven patients with chronic spinal muscular atrophy (CSMA).
Clinical material
Mitochondrial fractions were isolated on eight muscular biopsy specimens out of seven patients, four males and three females, with CSMA. The patients age ranged from eight to 62 years. Diag (table) , essentially by the method of Chappel and Perry'6 with a variation in the homogenisation procedure.'0 Oxygen utilisation and oxidative phosphorylation were measured polarographically by previously described methods,'0 using the Clark Oxygen Electrode. 17 The Respiratory Control and ADP/O ratios were determined as described by Estabrook.'7 Glutamate plus malate and succinate were the substrates in all assays. Mitochondrial proteins were determined by methods of Gornall et al. 18 The concentrations of mitochondrial substrates and other reagents in the assay medium are expressed in the legend of the table.
Results
The table shows the rates of oxygen uptake of the patient's mitochondrias with the different sub- 
